Objective-To assess compliance with oral penicillin prophylaxis in children with sickle cell disease and identify possible reasons for poor compliance.
Introduction
Infection, particularly with Streptococcus pneumoniae, is an important cause of morbidity and death in patients with sickle cell disease.' 2 The risk of pneumococcal meningitis in such patients is estimated to be 600 times that in the general population,3 with 90% of cases occurring in the first three years of life. 4 Introducing a pneumococcal vaccine failed to reduce appreciably the mortality from pneumococcal sepsis, partly because suboptimal antibody responses in patients aged less than 2 years mean that protection is inadequate when the children are at greatest risk.9
In 1986 Gaston et al reported reduced pneumococcal infection and related deaths in children with sickle cell disease given regular penicillin prophylaxis.2 They recommended that all children should be screened for the disease at birth and that those affected should commence penicillin prophylaxis before 4 Patient study-At the time of the study, 89 children with sickle cell disease (age -16 years) were being followed up at the clinic. The parents of 50 children attending over six months were interviewed with a closed questionnaire. Table I gives the ages and genotypes of these children. A urine sample was requested from all children; 23 provided a specimen. Doctors' knowledge about sickle cell disease was generally poor, with no significant differences observed between doctors in groups 1 and 2. Twenty two knew that children with sickle cell disease had an increased risk of infection, but 10 were unsure why this was so and only one knew that they developed functional asplenia. Twenty four were unaware of such children's susceptibility to pneumococcal infection, and 16 did not know that regular penicillin prophylaxis prevents septicaemia and death. The doctors were, however, well acquainted with the services available for children with sickle cell disease in Brent (table III).
Discussion
We found that compliance with penicillin prophylaxis was poor, with penicillin being detected in Most of the general practitioners interviewed did not prescribe penicillin prophylaxis for children with sickle cell disease, and this seemed to stem from inadequate knowledge of the disease and its complications. They were, however, well acquainted with the services available in Brent, and some may have partially neglected their responsibilities because of the specialist services available.
Further studies must be undertaken to define the optimal ways of counselling families of children with sickle cell disease and improving general practitioners' knowledge about the disease; otherwise the advantages that should accrue from neonatal screening programmes will be greatly diminished.
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